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Normal o r accelerated growth i n t h e absence of growth hormone (GH) occurs i n some p a t i e n t s following s u r g e r y for craniopharingioma. To e l u c i d a t e t h e mechanism of growth, blood levels of p r o l a c t i n (Pr) i n s u l i n ( I R I ) and somatomedin (Sm) a c t i v i t y were measured i n 8 children following removal of t h e tumor.
I n a l l p a t i e n t s GH responses were subnormal following insulin-induced hypoglycemia, arginine and L-dopa. Growth rates were 3.5 t o 10.8 cm/year w i t h a mean of 6 . 1 f 0 . Y (SEM) cm.
Serum Pr w a s normal i n 4 p a t i e n t s ; i n 3, vasopressin ant i b o d i e s interfered w i t h t h e assay. Sm a c t i v i t y w a s low i n
one p a t i e n t and normal i n 6. I n 7 p a t i e n t s w i t h adequate growth mean peak I R I levels were 125.57f26.74 (SEM) M/ml a f t e r o r a l glucose (G); 71.00f 24.37 (SEM) ~U / m l a f t e r I -V tolbutamide (T) and 91.83 f 34.40 (SEM) p U / m l a f t e r I -V arginine (A). These values w e r e similar t o or h i g h e r than mean peak I R I i n normal c h i l d r e n [ 79.552 19.73 (SEM) u U / m l a f t e r G; 5 6 . 2 2 f 1 0 . 7 9 (SEX) y U / m l a f t e r T and 4 0 . 7 f 7 . 0 (SEM) u U / m l a f t e r an and i n children w i t h i d i o p a t h i c h y p o p i t u i t a r i s m C34.00f 7.43 (SEM) pU1ml a f t e r G and 11.50f 1.73 (SEM) u U / m l a f t e r TI. One p a t i e n t w i t h s u b o p t i m a l g r o w t h had normal Sm b u t low I R I levels ( 3 0 p U / m l a f t e r G and 25 p / m l a f t e r T).
These d a t a s u g g e s t t h a t : a) i n s u l i n may be t h e growth p r omoting hormone i n these p a t i e n t s ; b ) Sm may not be necessary f o r postoperative growth and does not appear t o be generated by Pr. PERIPHERAL ENDOCRINOPATHY CAUSING SEXUAL PRECOCITY I N ALBRIGHT'S SYNDRCME. Marco Danon, John D. Crawford, Harvard Med. Sch., Massachusetts Gen. Hosp., C h i l d r e n ' s Service, Boston.
To e l u c i d a t e t h e cause of sex p r e c o c i t y i n A l b r i g h t ' s syndrome, t h r e e g i r l s (ages 1 10112, 4 6/12, and 5 1 / 1 2 y e a r s ) w i t h p o l y o s t o t i c fibrous d y s p l a s i a and c a f e -a u -l a i t s p o t s were s t u d i e d . P e r i o d i c v a g i n a l b l e e d i n g was p r e s e n t i n a l l and s k e l e t a l m a t u r a t i o n s i g n i f i c a n t l y advanced. Plasma l u t e i ni z i n g hormone (LH) and f o l l i c l e s t i m u l a t i n g hormone (FSH) conc e n t r a t i o n s were a t or below t h e lowest d e t e c t a b l e l e v e l of t h e a s s a y (2.0 m~~/ m l ) awake and d u r i n g sleep; r a d i o i m u n o a s s a y of FSH i n 24 hour u r i n e samples showed no e l e v a t i o n over c h i l dhood levels. By c o n t r a s t , t h e e s t r o g e n levels w e r e markedly e l e v a t e d ; plasma e s t r a d i o l ranged between 606 and 795 pg/ml and estrone between 149 and 175 pg/ml, c o n c e n t r a t i o n s g r e a t e r t h a n observed d u r i n g normal f o l l i c u l a r and l u t e a l phases of a d u l t m e n s t r u a l c y c l e s . Plasma progesterone, u n d e t e c t a b l e ( < 2 0 pg/ m l ) i n s e r i a l i n t e r m e n s t r u a l measurements suggested lack of o v u l a t i o n . These f i n d i n g s suggest t h e p r e c o c i t y of a l l t h r e e c h i l d r e n w a s due t o p r i m a r y o v a r i a n d y s f u n c t i o n r a t h e r t h a n being of c e n t r a l o r i g i n . Autonomous h y p e r f u n c t i o n of t h e p e r i p h e r a l t a r g e t glands a s t h e p a t h o g e n e t i c mechanism underl y i n g t h e s e v e r a l e n d o c r i n o p a t h i e s of t h i s syndrome i s f u r t h e r suggested by t h e coexistence of nodular a d r e n a l h y p e r p l a s i a i n one of t h e g i r l s whose e l e v a t e d plasma c o r t i s o l l e v e l s f a i l e d t o suppress w i t h dexamethasone and plasma ACTH level was low.
EVIDENCE FOR HYPOTHALAMIC-PITUITARY DYSFUNCTION IN THE PRADER-
Med., Harbor Gen. Hosp., Depts. Ped & Med, Torrance, C a l i f .
The e t i o l o g y o f the Prader-Willi Syndrome i s obscure. Although the c l i n i c a l c h a r a c t e r i s t i c s (obesity, mental retardat i o n , hypotonia and hypogonadism) suggest hypothalamic dysfunction, t h i s has n o t been documented. We have studied two p a t i e n t s (15 and 22 y r . ) w i t h t h i s disorder i n whom c l i n i c opathologic c o r r e l a t i o n was possible. Both were severely obese (150 and 190 kg) w i t h glucose intolerance. Cold exposure (4O C f o r 1 hr.) produced an abnormal decrease i n body temperature i n one c h i l d . Plasma growth hormone (GH) d i d not increase w i t h a r g i n i n e -i n s u l i n , o r L-dopa stimulation. Plasma c o r t i s o l showed a d i u r n a l v a r i a t i o n b u t blunted r esponse t o hypoglycemia. Basal T4 and TSH were normal and the TSH, T4 and T3 responses t o TRH were normal i n both patients.
Basal testosterone was low i n both i n d i v i d u a l s and LH and FSH responses t o LRH were blunted. Clomiphene s t i m u l a t i o n f a i l e d t o augment plasma gonadotropin l e v e l s . The p i t u i t a r y glands were o f decreased weight b u t neither the p i t u i t a r y nor hypothalamus was abnormal on l i g h t microscopy. These studies i n d i c a t e abnormal hypothalamic-pituitary f u n c t i o n i n both p a t i e n t s . Involvement o f the temperature c o n t r o l center, absent clomiphene response, abnormal GH responsiveness and normal anatomical f i n d i n g s support the formulation o f a f u n c t i o n a l hypothalamic abnormality. of Ped., Univ. of Texas Health Science C t r . , San Antonio.
I n CAH w i t h d e f i c i e n t 21-hydroxylation t h e r e i s impaired c o r t i s o l (F) biosynthesis r e s u l t i n g i n elevated plasma levels of 17-hydroxyprogesterone(l7-OHP) and u r i n a r y e x c r e t i o n of p r e g n a n e t r i o l . Increased u r i n a r y excretion of Il-ketopregn a n e t r i o l also occurs, b u t d a t a concerning plasma levels of t h e precursor 21-deoxyF a r e l i m i t e d , and t h e purpose of t h e c u r r e n t s t u d y was t h e measurement of plasma l e v e l s of 17-OHP, 21-deoxyF and F i n p a t i e n t s w i t h CAH. Plasma samples w e r e o b t a i n e d from twelve p a t i e n t s (3d-40yr) w i t h CAH before and t h r e e a f t e r treatment, and f r o m f o u r normal controls (4d-18yrs) following ACTH administration. S t e r o i d s were i s o l a t e d by Sephadex LH-20 column chromotography of plasma e x t r a c t s and q u a n t i t a t e d by RIA.
Plasma 17-OHP was 2.2-5.7 f o l d h i g h e r than 21-deoxyF i n each p a t i e n t . I n a l l untreated p a t i e n t s , the l e v e l s o f both s t e r o i d s were elevated, w i t h o u t r e l a t i o n t o age o r variant of CAH, and decreased w i t h therapy. Mean values f o r p a t i e n t s were s i g n i f i c a n t l v d i f f e r e n t f r o m those f o r normal controls.
- Ira K. ~r a n d t ) , Indiana Univ. Sch. Med., Indiana U n i v . Hasp., Dept. of Ped., Indianapolis. l I ! ma. o l d -.:bite female has cxperieneed repeated spontaneous episoties 31' hypsnatremia, hy'perkalemia, t e h y d r a t i s n and shock s i n c e b i r t h . Serum I, !a has b e e n a s lo:.: a s 113 m~q /~ and serum K a s h i g h a s 11.1 m E q /~. P h y s i c a l e x a m i n a t i s n , .rr,roiith anti d e v e l s~m e n t have been nsrmal. Urinary 17-kcto, 17-01% and p r e~n a n e t r i s l b a s c l i n e and :!ith PCTH :timulatian Irere nsrmal. Rcnal i v n c t i s n ha? been nsrmal. S a l i v a r y >Ia was 70 ant3 K 16 m E q /~. C h e s t X-ray and 72 h s u r i'ecal i.3t e::creti,?n have been n3rmal. T h e r e i s n s family histar:,! or' c y s t i c S i h r a s i s .
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Aldostersne i s kns!:r~ ts c s n t r s l P! a and K s e c r e t i s n by k i dney, s~i e a t and s a l i v a r y glan6s. It i s p r o p x e d t h a t t h i s pa
